A forty years widow having four children presented with palpitation, shortness of breath on exertion and chest pain. Her sufferings progressively increase in course of time. Her ECG shows complete Right Bundle Branch Block. Transthoracic echocardiography showed atrial septal defect of secundum type. Both the leaflets of the mitral valve were thickened with mild degree of diastolic doming.
Introduction
Mitral Stenosis, usually rheumatic in association with Atrial Septal Defect is called Lutembacher Syndrome. 1 Lutembacher Syndrome is a very rare form of angiopathy. 2 In Lutembacher Syndrome Mitral Stenosis is almost invariably the result of acquired Rheumatic valvulities. 3 Since it`s discovery the definition of Lutembacher Syndrome has undergone many changes. 4 The mention of this syndrome was at first found in a letter written by an Anatomist Johan Friedmich Meckel to Albrencht Von Halley in 1750. Rene Lutembacher himself described this syndrome, in 1916, involving a 61 years old lady who had congenital Mitral Stenosis. Because the Mitral Stenosis was, in fact Rheumatic in origin so, the syndrome was defined eventually as a combination of congenital ASD and an acquired, Mitral Stenosis. However, in the setting of Mitral valvoplasty for acquired mitral stenosis where residual iatrogenous transseptal puncture is more common than congenital ASD, as is the combination of ASD and MS. Although this syndrome is generally defined as Mitral Stenosis in combination with ASD. Some define the syndrome as a combination ASD and any Mitral lesion i.e Mitral Stenosis or mixed lesion. Currently any combination of ASD, congenital or iatrogenic and Mitral Stenosis, acquired or congenital is referred as Lutembacher Syndrome.
Case Report
Mrs. Lithia Marandi, a mother of four children, who is a forty year old widow, hailing from Rajshahi, visited Bangladesh Medical College Hospital. She presented to us with palpitation, shortness of breath on exertion which is progressive in nature. Generalized weakness and occasional vertigo feeling has also associated. She did not give any history of leg or joints swelling, haemoptysis or pink frothy cough. Any definite history suggestive of rheumatic fever could not be elicitated. Symptoms suggestive of pulmonary hypertension (like paroxysmal nocturnal dyspnoea, orthopnoea and haemospysis) were absent.
On general examination she appeared anxious, body built below average, with poor nutritional status, cooperative and decubitus was on choice. She was mildly anemic but jaundice, clubbing, koilonychias were absent. Her respiration rate was 16 beats per minute, temperature was normal and Blood pressure, Systolic 100 mm of Hg, Diastolic 70 mm of Hg. Her neck veins were not engorged and both thyroid gland and lymph nodes were not enlarged. There were neither any abnormal pigmentation nor any scar mark seen. Hair distribution was normal. Any deformity or bony tenderness and gynaecomastia were absent.
On precordial examination:-On inspection, Apex beat was seen in left 5 th intercostal space just medial to the left mid clavicular line.No other visible palsation could be seen.
On palpation, other than left parasternal lift no other thrill or palpable heart sound were felt. 1 st heart sound (S1) was loud at Mitral area. Fixed splitting of the 2 nd heart sound was heard at Pulmonary area. A localized Ejection Systolic Murmur of grade III intensity was noted of the left parasternal border especially at the left 2 nd intercostal space.
Examination of other system revealed no other abnormalities. (Fig 1) shows cardiomegaly with right ventricular type of apex. There is straightening of the left border of the heart with fullness of the Pulmonary conus, Hilar Arteries were prominent with dilated upper lobe veins i.e upper lobe diversion was present , lung fields were plethoric and contained patchy opacities involving lower & mid zones.
X-Ray chest PA view
Electrocardiogram (Fig 2) shows sinus rhythm with ventricular rate of 74 beats per minute. Broad P wave was noted in lead II indicating left Atrial enlargement. QRS morphology shows complete Right Bundle Branch Block (RBBB). (Fig 3) 
Transthoracic Echocrdiography

Discussion
As a component of Lutembacher Syndrome Mitral Stenosis could be either congenital, as initially described, or it could be acquired iatrogenicly but commonly due to Rheumatic Mitral Valve disease. The true incidence rate of Lutembacher Syndrome is not available yet. The incidence of ASD in patients with Mitral Stenosis was thought to be 5 out of 2500 autopsies. This Syndrome could not be properly diagnosed in the past decades due to lack of Echocardiographic facility. The combination of mid diastolic murmur actually due to increased flow (relative stenosis) across the Tricuspid Valve and the Ejection Systolic Murmur of ASD leads to mistaken diagnosis of this syndrome. The incidence of Lutembacher Syndrome is high in countries where the prevalence of both Rheumatic Heart Disease and Mitral Stenosis are high. In Bangladesh there is no statistical data for Lutembacher Syndrome but Rheumatic Fever/Rheumatic Heart Disease (RF/RHD) is one of the most common cardiovascular problem existing among children and adolescents. Prevalence rate of RF/RHD was 4 per thousand in a selected population of 5 to15 years of age group in Dhaka district including both rural and urban population. 6 In another study on prevalence of RF/RHD in 5 to18 years old school children of Dhaka city revealed that the isolated Mitral Regurgitation was the commonest valvular lesion (38%) followed by Mitral Stenosis and combined Mitral Stenosis and Mitral Regurgitation. 7 A higher prevalence rate of RF/RHD prevailed before the antibiotic era but as the frequency of RHD has changed, so the diagnosis of Lutembacher Syndrome has become significantly reduced. At the same time, the etiology of ASD as a component of Lutembacher Syndrome is either congenital or acquired (iatrogenic). Mitral Stenosis needs to high atrial pressure which stretch open the patent foramen Ovale causing left or right shunt thus provides another outlet for the left atrium. Haemodynamic effects of Lutembacher Syndrome depends on the extent of Mitral Stenosis. Even though Iatrogenic ASD is smaller in size but still haemodynamic direction of blood flow is determined by the Compliance of left and right Ventricles. Normally Right ventricle is more compliant than left ventricle. In the Lutembacher Syndrome due to the presence of Mitral Stenosis, blood flows to the right atrium through ASD without giving a backward pressure into the Pulomonary Veins. So, the Pulmonary Congestion does not take place as it occurs in case of pure Mitral Stenosis. But left to right shunting of blood through ASD leads to dilatation and ultimately failure of the Right Ventricle. Pulmonary Artery gets dilated and hypertrophy of the right ventricle occur in course of time. The diameter of the dilated pulmonary artery sometimes exceeds the diameter of the Thoracic Aorta. In very rare occasion the term Reverse Lutembacher Syndrome is used to describe the right to left shunt which may occur owing to the development of severe Tricuspid Stenosis. As a matter of fact that both congenital ASD and Rheumatic fever is more common in female. So, Lutembacher Syndrome is more frequently seen among female sexes.
Lutembacher Syndrome is usually treated surgically. 8 By surgical procedure this condition is usally treated by Mitral valve operation and with concomitant closure of the Atrial Septal Defect. 9 Surgery may be hazardous in some selective cases. In some instances of presence of small left ventricle surgery will lead to death. 10 Transcatheter therapy is an effective alternative to surgery in selected patients with Lutembacher syndrome. 11 In Transcatheter therapy, Percuteneous Transcatheter Mitral Commissurotomy using the Inoue balloon and closure of the Atrial Septal Defect with the Amplatz Atrial Septal defect occluder. Whenever patient with Pulmonary Hypertension with calcified Mitral valve leafleat then Percuteneous Transcatheter Mitral Commissurotomy and or surgery become contraindicated. As the patient is poor, so, the patient was managed by medical therapy alone.
